We describe a unique case of a sublingual-space schwannoma presenting as a painless, 3 × 2-cm enlarging mass in the oral cavity of a 63-year-old man. Computed tomography demonstrated a distinct, well-encapsulated A UNIQUE CASE OF A SUBLINGUAL-SPACE SCHWANNOMA ARISING FROM THE MYLOHYOID NERVE Volume 89, Number 7 www.entjournal.com ■ E32
Introduction
In 1910, Verocay 1 became the fi rst to use the term neurilemmoma, which is now more commonly known as a schwannoma. Schwannomas are slowly growing, asymptomatic, neurogenic tumors that arise from the neural sheath of the Schwann cells of peripheral, cranial, and autonomic nerves. They are usually benign and solitary, and they have a predilection for the head and neck region. Intraoral schwannomas are exceedingly rare (only 1% of all cases); those that have occurred were primarily unilobular. 2 In this article, we describe a unique case of a sublingual schwannoma that arose from the nerve to the mylohyoid muscle. We discuss the clinical aspects, histology, and surgical management of this tumor, and we present a brief literature review.
Case report
A 63-year-old man was referred to the otolaryngology clinic with a 2-month history of a right-sided mass in the fl oor of the mouth that had gradually increased in size. Prior to referral, the patient had been treated with a course of antibiotics, but treatment resulted in no signifi cant change in the mass. He denied any tenderness, dysphagia, odynophagia, dysphonia, otalgia, or weight change. He also denied any fl uctuations in the size of the mass.
On physical examination, the mass was located in the right gingivobuccal sulcus and was covered with normalappearing mucosa. It extended from the Wharton duct to the area of the retromolar trigone (fi gure 1, A). No other masses or lymphadenopathy were noted. Rapid fi ne-needle aspiration cytology (FNAC) was performed in the clinic, and the mass was preliminarily reported as a pleomorphic adenoma and confi rmed on the fi nal report. Computed tomography (CT) demonstrated a distinct mass on the right side of the fl oor of the mouth that appeared to be separate from the submandibular gland. No other imaging abnormality was seen.
The patient was brought to the operating room for transoral excision. Intraoperatively, the mass appeared as a well-encapsulated, 5-cm, right sublingual neoplasm. The hypoglossal nerve, lingual nerve, and Wharton duct were identifi ed and preserved. Findings on intraoperative pathology were consistent with a spindle-cell neoplasm; the differential diagnosis in-cluded myoepithelioma, palisading myoepithelioma, and schwannoma. The mass appeared to involve the nerve to the mylohyoid muscle in the posterior fl oor of the mouth. It was removed without complication, and the operation concluded with primary closure (fi gure 1, B). The gross specimen measured 4.4 × 3.5 × 2.5 cm. The results of microscopic evaluation of the surgical specimen were consistent with a schwannoma (fi gure 2).
Postoperatively, all cranial nerves were documented to be intact, and the patient's taste sensation was unaffected. At the 2-year follow-up, no signs of recurrence were evident.
Discussion
Schwannomas are benign neoplasms that originate from the Schwann cells of the neural sheath. Schwann cells are derived from the neural crest and are of neuroectodermal origin. These cells support the peripheral nervous system by ensheathing the axons.
Schwannomas are most common in the head and neck (approximately one-third of cases) and the fl exor surfaces of the extremities. 3, 4 Intraoral schwannomas are rare; our literature review yielded only 31 reported cases. The most common intraoral site appears to be the tongue. To the best of our knowledge, ours is the fi rst reported case of a schwannoma originating from the nerve to the mylohyoid muscle. This nerve branches off of the inferior alveolar nerve and then runs posteroinferiorly parallel to it. Then it descends anterior to the angle of the mandible and courses 1 to 2 cm below the body of the mandible to innervate the mylohyoid muscle from the inferior surface. 5 Schwannomas typically present as long-standing, fi rm, well-defi ned, painless masses. Neurologic defects are unusual, but some have occurred secondary to neural compression. Schwannomas have no predilection for any particular race or either sex. They can affect patients of any age, but most occur in patients between the age of 20 and 50 years.
Imaging can be useful in further defi ning the location of the mass and the mass effect on surrounding structures. 6 The diagnostic limitations of FNAC have been previously documented by several authors. [7] [8] [9] [10] In several cases, including ours, an aspirate was mistakenly interpreted as a pleomorphic adenoma. But despite its limitations, FNAC may prove to be diagnostically useful in evaluating some masses in the sublingual space. 11 The characteristic histologic pattern of schwannomas is one of alternating Antoni type A and type B areas. Antoni type A areas consist of compact spindle-shaped cells with indistinct cytoplasmic borders and occasionally with clear intranuclear vacuoles. The cells may exhibit nuclear palisading, whorling, and Verocay bodies. Verocay bodies are formed by two compact rows of well-aligned nuclei that are arranged in a roughly oval shape. Antoni type B areas consist of distinct loose mi- crocystic tissue with less cellularity. Antoni B areas may contain lipid-laden histiocytes, lymphocytes, and small vessels. Immunohistochemical staining with anti-S-100 protein antibody demonstrates an intensely positive staining of Schwann cells in the tumor, and this can be most valuable in confi rming the diagnosis. 12 Leu-7 antigen, vimentin, and glial fi brillary acidic protein also provide useful immunostaining to support a diagnosis of a schwannoma. 12 The differential diagnosis includes neurofi broma, palisading encapsulated neuroma, cutaneous leiomyoma, and palisading myofi broblastoma. Surgical excision is the recommended treatment approach for intraoral schwannomas. 13 Schwannomas are relatively radioresistant, so the role of radiotherapy is limited. Various management approaches have been described for cases in which a schwannoma is intimately involved with a cranial nerve. But regardless of approach, preservation of the main trunk of the nerve with careful dissection is advised.
Recurrences and malignant transformation are rare.
